(arterial and venous blood, bronchoalveolar lavage, urine) yielded negative results. High doses of corticosteroids were initiated and an enzyme--linked immunosorbent assay for serum antinuclear antibodies and an immunoprecipitation assay for autoimmune inflammatory myopathy serum antibodies were performed.
Despite treatment and modifications of ventilator settings, pulmonary compliance (respiratory rate, 30 bpm; tidal volume, ≈410 ml; peak inspiratory pressure, 34 cm H 2 O) and arterial blood oxygenation decreased with signs of severe respiratory acidosis (PaO 2 , 67.7 mmHg; PaCO 2 , 95.7 mmHg; pH, 7.08; FiO 2 , 1.0). On hospital day 5, prone ventilation was started but no significant improvement in respiratory function parameters was observed. Veno venous extracorporeal membrane oxygenation was introduced (FIGURE 1B).
Despite these efforts, the patient's status deteriorated rapidly with the development of multiorgan dysfunction (acute kidney injury, liver failure) and excessive bleeding, most probably due to disseminated intravascular coagulation. Previously ordered autoantibody tests were highly positive for anti -MDA5 antibodies. The patient died on day 8. On autopsy, a gross examination revealed an uneven surface of the visceral pleura as well as increased density and evidence of abundant congestion of both lungs. Features of interstitial pneumonia were confirmed by a histological examination. A total of 6 samples were taken, 3 from each lung. Specimens showed diffuse involvement of lung parenchyma by severe generalized interstitial fibrosis (FIGURE 1C) with mild-tomoderate (predominantly lymphocytic) inflammatory infiltrate (FIGURE 1D).
The pattern described above is most consistent with a fibrotic variant of nonspecific interstitial Clinically amyopathic dermatomyositis (CADM) is a unique subset of dermatomyositis, with typical skin manifestations of dermatomyositis but little or no evidence of muscle inflammation.
1,2 CADM may be complicated by rapidly progressive interstitial lung disease, which is usually life-threatening and resistant to immunosuppressive therapy.
3 Anti-MDA5 antibodies (also known as CADM-140) have been described in dermatomyositis, especially in CADM. Anti-MDA5-positive patients are characterized by rapidly progressive interstitial lung disease and a very high mortality rate at 6 months.
5 Interestingly, the role of anti MDA-5 antibodies in Caucasian population is not well established.
A 59-year-old man with a 3-week history of nonproductive cough, fever, fatigue, and swollen joints was hospitalized with an initial diagnosis of acute pneumonia. On admission, a chest computed tomography scan revealed bilateral infiltrations with atelectasis in the lower lobes of the lungs (FIGURE 1A) . During the first hospital day, the patient's condition rapidly deteriorated with increased tachypnea. An arterial gas analysis showed a pH of 7.26, pO 2 of 55 mmHg, and pCO 2 of 62 mmHg. He was transferred to an intensive care unit where he was intubated and mechanical ventilation was initiated.
On admission to the intensive care unit, several signs suggesting amyopathic dermatomyositis such as mechanic's hands, Gottron sign, and palmar papules were noted. Laboratory tests showed no evidence of myositis (creatine kinase levels were within the reference range, while the levels of alanine transaminase and aspartate transaminase were slightly elevated). A wide-spectrum antimicrobial treatment started earlier was modified and continued but all microbiological cultures pneumonia. Changes in other organs included focal, nonspecific areas of fibrosis in the myocardium and moderate steatosis of the liver. 
